Comment
A search of the literature shows that the three major sites of affection are the eyes, the skin and the cardiovascular system; therefore internal hvmorrhage or peripheral vascular insufficiency may be the presenting symptom. In over 75 % of cases macular degeneration severely affects central vision. Life expectancy is shortened owing to premature arterial involvement and sudden death may ensue from internal hemorrhage. This condition is a genetically determined connective tissue dystrophy, the inheritance being autosomal recessive. No specific treatment is available.
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Frontal Sinus Mucocele J B Garston' FRCS (Southampton Eye Hospital) Case 1 Woman, now aged 75 Seen eight years ago with an eight-month history of right-sided proptosis. The eye was displaced downwards and forwards 1 cm by a mass in the upper part of the orbit. There was marked limitation of elevation and the superior orbital margin was thickened. Vision in the affected eye was 6/9 and in the other eye 6/6. X-ray orbit (1958): 'No bone destruction. The orbital plate of the frontal bone is not pathological. Both antra are more opaque than normal.'
As the radiologist commented on the appearance of the frontal bone, there may have been something suspicious. Unfortunately, the films have been destroyed.
A blood count was normal and ENT examination was unhelpful.
The diagnosis lay between a neoplasm and a chronic inflammatory mass in the orbit. Exploration was declined and the patient did not return until November 1966.
On examination (November 1966) : The eye was almost totally dislocated and blind (Fig 1) . There was gross chemosis and exposure keratitis with hypopyon. A mass was still palpable in the upper part of the orbit. No other physical findings, either locally or generally.
LPresent address: Royal Infirmary, Sheffield X-ray (1966) : 'The roof of the right orbit has been destroyed and communicates with the right frontal sinus. Despite erosion several flecks of bone remain along the orbital margin. The right orbit is larger than the left. A soft tissue mass is present but contains no calcification and there is no new-bone formation. The maxillary antra may be a little cloudy, but their bony margins are intact. Conclusion: A soft tissue swelling in the right orbit has enlarged over several years and produced gross bone destruction. While the latter feature favours malignancy, the relatively long history suggests something more benign.' F...... . .
Fig 1 Case 1
Treatment: Under general anisthesia the eye was eviscerated. In the upper part of the orbit was a smooth firm swelling 2 5 cm in diameter which was drained and found to contain a thick pus-like fluid. The defect in the roof of the orbit leading to the frontal sinus was confirmed.
The patient made a rapid recovery. She now wears an artificial eye and her cosmetic appearance is reasonable.
Histology: 'The wall of the swelling is composed of hyaline fibrous tissue. There is no sign of acute inflammation or neoplasia. The fluid was amorphous and bacteriologically sterile.'
This picture is compatible with the diagnosis of mucocele of the frontal sinus.
Case 2 Woman, now aged 80 This patient was known three years ago to have long-standing proptosis of the left eye. X-ray (1964) showed destruction of the medial and upper margins of the orbit thought to be due to a metastasis involving the wings of the sphenoid.
Unfortunately, she was not investigated further until one year ago, by which time the eye was markedly displaced downwards and outwards by a fluctuant mass below the superior orbital margin (Fig 2) . Further X-ray showed that the roof of the left orbit had been destroyed whilst the other margins were intact. The frontal and ethmoidal air cells were opaque. This was thought to be a malignant lesion, although the possibility of a mucocele was considered.
In view of her age she was treated with radiotherapy and for a time the lesion seemed to respond as the proptosis became less marked. However, she was admitted to hospital in March 1967 because the proptosis had increased and the eye had become blind. The cornea was protected from exposure by the lower lid. The fundus showed pallor of the disc and central retinal artery occlusion.
Operation has been limited to repeated aspiration of gelatinous mucoid material from the cystic swelling, establishing the diagnosis of frontal sinus mucocele.
Comment
A mucocele is a collection of thick, usually sterile mucus which fills a sinus and causes destruction of its bony walls. The frontal sinus is almost invariably involved.
The nasal sinuses are lined by goblet cells and mucous glands. Their continuous secretion within a closed cavity is responsible for the formation of the mucocele. It does not always fill the entire sinus and it is difficult to understand how the wall can be eroded when the cyst has not enlarged sufficiently. In a well-developed case, dura may be exposed and pulsating brain may be visible through the bony defects.
The nasofrontal duct is long and tortuous and normally drains into the middle meatus of the nose. Occlusion of this duct is probably responsible for most cases of mucocele although some believe that ethmoidal mucoceles expand into the frontal sinus to present as frontal sinus mucoceles.
Diagnosis: The sexes are equally affected and ages vary from 13 to 80. Some patients have waited eighteen years before seeking advice.
In the early stages there is painless swelling of the upper lid. As the mucocele enlarges there develops a fluctuant non-tender mass which seems to originate from the floor of the frontal sinus and which pushes the eye downwards, forwards and outwards. The end stage is dislocation of the globe, exposure keratitis and central retinal artery block.
Intranasal examination may not be helpful but in 400% of cases there may be evidence of polypi and previous nasal surgery. Palubinskas & Davies (1959) have described the X-ray appearances: (1) Loss of marginal scalloping of the sinus due to pressure atrophy.
(2) Bony deformity and/or destruction. (3) Increased size of involved sinus. (4) Porosis and sclerosis of the margins of the orbit. (5) Changes in the translucency of the sinus, depending on the contents of the mucocele and whether or not it is infected. Differential diagnosis: All causes must be considered, especially neoplasms of the lacrimal gland and sphenoidal ridge meningiomata. These cases were suspected of having malignant disease, as was the 80-year-old woman described by Damany & Gokhale (1958) . Management: Some favour an external approach and some an intranasal one. Yet other people have completely obliterated the sinus believing that this procedure is less commonly followed by the need for reconstructive surgery. Our two cases were of such long-standing that the eye was blind. Surgery was limited to the simplest of procedures. permission to quote their cases, and especially to the latter for help in the preparation of this paper. Loa The patient, a Nigerian woman born in 1937 and coming to this country in 1961, presented at the Birmingham and Midland Eye Hospital in November 1966. Apart from a persistent cough and slight dyspneea on exercise she was symptom free but complained of painful redness of the left eye and a doubtful sensation of movement in the same area. She denied having had any swelling, transient or otherwise, in any part of the body.
On examination: Episcleritis of medial aspect of left eye. On closer inspection a worm could be seen under the conjunctiva; it was quite freely active with a lashing and wriggling motion and its textbook appearance made diagnosis of loa worm straightforward.
Treatment: Cocaine drops (4%Y.) were instilled but had no effect on the loa's activity and as the patient was also rather mobile a small subconjunctival injection of lignocaine was also given despite the risk of hiding the quarry by the resulting chemosis. A short incision was made with scissors over the main part of the worm and a semi-transparent worm, 3 cm in length, was easily withdrawn.
Discussion
Loa loa infestation has been known for many years and the first description was made by Mongin in 1770. In areas where it is common it is known as the 'eye worm' and is the cause of 'Calabar swellings'. Loaiasis has its origin almost exclusively in tropical West Africa with a peak incidence in Southern Nigeria, Gabon and the Congo. This limited distribution is determined by the territory infested by the insect vector concerned -Chrysops dimidiata, the mango fly. When an infected individual moves from an area the disease does not arise afresh because of the absence of the fly in the new habitat. The female mango fly-a gadfly subspecieshas a predilection for biting the exposed human ankle, at the same time passing larve of Loa loa into the victim. The larvv pass into the subcutaneous layers and develop very slowly in the human body. The infestation may take up to five years to manifest itself and an individual loa may live to be 30 years of age.
The presenting feature of the disease depends on the site of the worm. The subcutaneous layer is particularly favoured and this shows as subconjunctival movement or as Calabar swellings on the limbs. Pulmonary infestation gives rise to bronchial asthma at first and later, when irreversible structural changes take place, to dyspnoea, cor pulmonale and right-sided heart failure. Eosinophilia is a frequent nonspecific finding. In untreated cases the prognosis for life is said to be poor, and opinion is divided about prognosis in treated cases.
When one worm has appeared in the eye others have been found at the same site. It is believed that sexual attraction is an important element in this migration. The Loa loa is semi-transparent with a more or less curved tail. The female is the smaller, averaging 3-4 cm in length and 1 mm thick; the male is nearly twice this size, about 6-7 cm in length.
The current therapeutic agent is diethylcarbamazine. Our patient had a three-week course of this drug with systemic steroids as there is some evidence that an allergic response to dead worms sometimes occurs. The course of treatment in this case was uneventful and symptoms improved. However, the day after she was discharged from the medical ward the patient returned to the Eye Hospital where a 7 cm male Loa boa was removed from the same eye (Fig 1) .
